The quality of life of people with epidermolysis bullosa (EB) living in Scotland was assessed by postal questionnaire using the Dermatology Life Quality Index (DLQI) and the Children's Dermatology Life Quality Index (CDLQI). There were 143 people with EB simplex (EBS) and 99 individuals with non-Hallopeau-Siemens subtypes of dystrophic EB (DEB). A further six individuals had the severe Hallopeau-Siemens subtype of DEB (RDEB-HS). The overall response was 48% (EBS 52%, DEB 40% and RDEB-HS 83%). Impairment of quality of life (QOL) was greatest in those with RDEB-HS, mean scores (adults, 18; children, 22) exceeding those of any skin disorder previously assessed. The effect on QOL of EBS and other subtypes of DEB was similar to that of moderately severe psoriasis and eczema. EBS had a greater impact on QOL than the non-HallopeauSiemens subtypes of DEB (EBS adults mean score, 10.7; EBS children mean score, 15; DEB adults mean score, 7.5; DEB children mean score, 11.5).
Introduction
Skin disease can have a profound impact on many aspects of daily life. Pain, itch, odour and time-consuming dressings are problems which impinge on self confidence, social activities personal relationships, education and employment. The Dermatology Life Quality Index (DLQI) 1 ( Fig. 1 ) and the Children's Dermatology Life Quality Index (CDLQI) 2 ( Fig. 2 ) have emerged as useful tools for assessing the quality of life of those with skin diseases, comparing severities of different disorders and judging the effectiveness of treatments. [1] [2] [3] [4] [5] [6] [7] [8] [9] [10] Our aim was to document the impact of variants of epidermolysis bullosa (EB) on quality of life.
Methods
Details of all EB sufferers living in Scotland were derived from the EB Register. 11 In the first of three diagnostic groups (group A), there were 143 EB simplex (EBS) sufferers. One-hundred and eleven adults and 27 children had either EBS Weber-Cockayne or EBS-Köbner and five patients (three adults and two children) had the DowlingMeara subtype of EBS (EBS-DM). Adults were aged between 16 and 86 years (mean 41 years) and children between 1 and 15 years (mean 10 years). In group B there were 99 dystrophic EB (DEB) sufferers comprising 53 adults and 20 children with dominant DEB, 12 adults and eight children with DEB of uncertain inheritance (DEB-unc) and six adults with non-Hallopeau-Siemens recessively inherited DEB (RDEB-nHS). Adults were aged between 16 and 84 years (mean 44 years) and the ages of the children ranged from 3.5 to 15 years (mean 10 years). Six patients with RDEB-HS were considered in group C, an adult aged 40 years and five children aged from 3.5 to 15 years (mean 6 years, median 3.5 years).
The DLQI and an explanatory letter stressing the anonymity of replies were posted in early May to every Scottish EB sufferer aged 16 years or over. Parents of those aged under 16 were sent a copy of the CDLQI for each of their affected children. After an interval of 2 weeks, a reminder was posted to every patient. To enable correlation of replies with subtype of EB, questionnaires were colour coded, different colours corresponding to each of the three diagnostic groups.
The (C)DLQI contains 10 questions relating to experiences during the previous week.
1,2 Each question has five possible answers (very much, a lot, a little, not at all or not relevant) which score 3, 2, 1, 0 or 0, respectively. Patients are asked to tick one answer for each question.
Results
Replies were received from 75 patients in group A (57 adults and 18 children), a response of 52% (adults 50%, children 62%). In group B, there were 32 replies from adults (45%) but only eight replies (29%) from children, an overall response of 40%. Only one of the patients in group C, a child, did not reply (83% response). Overall, the response was 48%.
Adults -EBS
The mean total score in group A was 10.7 (range, 0-26; median, 10). Question 1 (which enquired about symptoms) and question 6 (relating to sport) had the highest mean scores (1.6 and 1.5; median, 2 in each case) (Fig. 3) . The lowest mean score (0.3) was for question 9 which asked about sexual difficulties. Four patients aged 
Adults -DEB
The mean total score was 7.5 (median, 4; range, 0-28). Questions 1, 2 and 4 (symptoms, embarrassment and clothing) achieved the highest mean scores of 1.2, 1.0 and 1.0 (median scores of 1 in each case) and question 8 (relationships) had the lowest mean score (0.4; median, 0) (Fig. 3) . Like EBS, the question awarded Ôvery muchÕ by the greatest number of patients was number 6 (sport), which was selected by seven (23%) patients. Five patients, three aged between 67 and 84 and two of unknown age, recorded total scores of zero.
Children -EBS
Children with EBS recorded a mean total score of 15 (median 15, range 0-30). Question 1 achieved the highest mean score (2.1, median 2), followed by question 5 (play and hobbies; mean, 1.9; median, 2) (Fig. 4) . The lowest score was for question 8 (teasing and bullying; mean 0.9, median 0.5). Only one patient (aged 8.5 years) recorded a total score of 0. In keeping with adult responses, the question awarded Ôvery muchÕ by the greatest number of children (nine children, 50%) was number 6 (sport).
Children -DEB
The mean total CDLQI score for children with DEB was 11.5 (median, 12.5; range, 0-23). Question 2 (embarrassment and sadness) recorded the highest mean score (1.7; median, 2), followed by question 1 (symptoms; mean, 1.6; median, 2) (Fig. 4) . The lowest mean score was for question 3, which asked about friendships (mean, 0.5; median, 0). Question number 1 was awarded the maximum score by the most patients (three patients, 37.5%). One child, aged 8 years, scored a total of zero.
RDEB-HS
The one adult with RDEB-HS recorded a total score of 18. Question numbers 3 (household chores), 6 (sport), 7 (work), and 9 (sexual difficulties) were each awarded a score of 0, remaining questions scoring 3.
The four children with RDEB-HS scored a mean total of 22.0 (median, 21; range, 17-29). All patients answered Ôvery muchÕ to question 6 (sport). Question 3 (friendships) recorded the lowest mean score (mean, 1.0; median, 1).
Discussion
Despite the limitations of a postal survey and the possibility of a biased response, our results reflect the wide variety of problems encountered by EB sufferers. Adults and children with both EBS and DEB experience an impairment of quality of life (QOL) equivalent to that caused by moderate to severe psoriasis and atopic Figure 3 Mean DLQI scores in adult EB patients. (Table 1) . Like most other skin disorders, question 1, relating to symptoms, was scored most highly by those in groups A and B. Comparison with other studies suggests that RDEB-HS causes greater impairment of QOL than any skin disease previously assessed (Table 1 ). This impairment is further emphasized by the fact that scores from some of these patients were artificially lowered by responses Ônot at allÕ or Ônot relevantÕ to questions on matters entirely incompatible with the lifestyle of RDEB-HS sufferers. These include sport, sexual difficulties, and domestic duties. EBS is often considered to be the mildest subtype of EB but this survey indicates that it has a more marked effect on QOL than the non-Hallopeau-Siemens variants of DEB. Patients' replies reflect the greater restriction of physical, social and sporting activities caused by EBS compared to DEB and also its greater impact on employment and education. Despite the often visible lesions of DEB, children with EBS, whose blisters are usually concealed by footwear, find more difficulties with friendships. Pain prevents participation by those with EBS in the more physical aspects of normal childhood and in our experience, this can lead to social isolation or psychological problems. Undoubtedly, some DEB sufferers do experience great difficulties, but the majority of those with dominant DEB and even some with RDEB-nHS, have only mild disease. 13 Although some patients with EBS and DEB experience an improvement of the blistering tendency during adult life, many do not 12 and for them impairment of QOL is lifelong.
